. The skin showed general hyperpigmentation, accentuated in the body folds. Especially hyperpigmented, velvety thickening of the skin was present in the neck, axillae, groin, and antecubital and popliteal areas (Fig. 2) . The scalp hair was thick and black, growing low on the forehead. Mental and psychological conditions were almost normal. The pulse rate was normal and the blood pressure was 140/50. The face looked gaunt and bony, with normally shaped but widened nasal root; both lips were heavy, the lower one protuberant (Fig. 3) . Ophthalmo logic examination disclosed no abnormalities. Salivation was excessive and marked purulent nasal discharge persisted. In addition, otitis media was revealed. There was no palpable enlargement of the thyroid gland. The heart slightly enlarged to the left on percussion and grade 2 to-and-fro murmurs were audible at all valves. The murmurs were most prominent at the Erb's area. The abdomen was protuberant but no tenderness anywhere. The liver extended two fingers' breadths below the costal margin. The edge of the liver was smooth and no tender. The spleen and kidneys were not palpable. Albuminuria was continuously found, otherwise urinalysis was normal. The routine blood cell count revealed slight anemia. Blood sedimentation rate was moderately accelated. Non-protein nitrogen and urea nitrogen indicated decreased values but electolytes were normal. Serum total proteins were within normal limits, but -y-globulin was relatively increased and A/G ratio was inverted in serum pro tein electrophoresis. Liver and renal function tests were within normal limits. Wasserman reaction was negative. ASLO was 500 units and CRP was negative, but LFT was a little positive ( Table 1) . Amounts of 17-ketosteroids and 17-hydroxy corticosteroids in the urine were slightly increased.
ACTH stimulation test, with determination of 17-ketosteroids and 17-hydroxycorticosteroids in the urine, indicated a normal response of the adrenal cortex. The results of mety rapone test were set out in table 3: 10 mg/kg body weight of metyrapone were given orally every six hours for a day, and amounts of 17-ketosteroids and 17 hydroxycorticosteroids in the urine were determined before and after admini stration.
The results of this test remained unchanged before and after adminis tration of metyrapone.
A glucose tolerance curve after administrating glucose 50 g traced the following course: 93 mg/dl (F), 115 (60 min.), 123 (90 min.), 108 (120 min.), 90 (180 min.) (Fig. 4) . Intravenous insulin response test, showing the effect of 5 units of crystalline insulin upon blood glucose , indicated late response (Fig. 5) . Total plasma lipids, cholesterol, phospholipids , estimated neutral fat and triglyceride were found to be within normal limits. However increased parmitic acid and decreased linoleic and oleic acid were evident in lipid fraction (Table 2) . Table  2 Serum Lipids Gynecologic examination revealed moderately hypertrophic clitolis, but sex determination in blood smear showed a female pattern. Estrogen, pregnandiol and gonadotropin were found to be within normal limits (Table 3) .
Roentogenfilm of the chest showed slightly enlarged heart to the left (Fig.  6 ) and electrocardiogram indicated left ventricular hypertrophy. Phonocardio graphy revealed to-and-fro murmurs at the apex and Erb's area, and syotolic murmurs were those of ejection type and diastolic murmurs were those of regurgitant type. The films of the hands revealed elongated pharanx and mar kedly decreased soft tissue. Calbus formation was advanced in proportion to her age (Fig. 7) . The films of the skull revealed findings of bilateral chronic otitis media and mastoiditis, however the sella turcica was normal (Fig. 8) . The films of gastrointestinal tract revealed a big stomach with broadened mucosal folds, and motted and fuzzy appearance of the mucosal folds of the colon (Fig. 9) .
Intravenous pyelography showed normal sized kidneys and renal pelves. The needle biopsy of the liver presented a marked fatty infiltration in the liver cells and cirrhotic changes (Figs. 10 and 11) , and that of the kidneys showed yellowish granules in the renal tubular epithelial cells. The biopsy of the axillary skin showed typical acanthosis nigricans without subcutaneous fat (Fig. 12) . SEIP-LAWRENCE SYNDROME WITH ACANTHOSIS NIGRICANS 105 Table  3 Examination of Hormones
DISCUSSION
In 1885, Weir Mitchell reported a 12-year-old girl with marked loss of subcutaneous fat as the syndrome of partial lipodystrophy.
Since then more than 200 cases of partial lipodystrophy were published-5161 In 1946, Lawrence2) first delineated a syndrome of acquired lipotrophic diabetes, characterized by loss of subcutaneous fat, insulin-resistant diabetes unassociated with ketosis, hepatic cirrhosis, hypermetabolism, and hyperlipemia. Subsequently in 1959, Seip7) described a similar case as the congenital syndrome of total lipodystrophy with cut diabetes. After that about 20 cases of congenital and adult types of total lipodystrophy were reported 8)-12) In 1965, Reed" suggested to call these cases "Seip -Lawrence Syndrome ," which unite congenital and acquired types of the disease under one eponym. Our case was a typical one of Seip-Lawrence syndrome showing the characteristics with acanthosis nigricans: absence of subcutaneous fat tissue, prominent musculature, hypertrophic clitolis without other evidences of virilization, abnormal bone mature, marked abdominal protuberance , heart murmurs, and fatty infiltration and fibrosis of the liver (Table 4) . Hypergly cemia and hyperlipemia are commonly considered as major and constant com ponents, but our case did not show them. Nevertheless Brubakerl3) suggested 2) This case showed loss of subcutaneous fat, increased growth rate with acromegaloid pattern, hepatomegaly (fatty filtration and slight cirrhotic changes in the liver) and acanthosis nigricans, but diabetes mellitus and hyperlipemia were not found.
3)
Her grotesque appearance failed to respond to 30 mg of prednisolone daily for 30 days except decreased pigmentation.
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